Abstract: Extranodal NK/T-cell lymphoma nasal type is a rare disease that mainly affects the nasal cavity and paranasal sinuses of males in the fifth decade of life. It has aggressive and locally destructive behaviour, and can be complicated by the hemophagocytic syndrome, conferring high lethality to the disease. This article describes a case of NK/T-cell lymphoma nasal type in a previously healthy patient, exemplifying its rapid and fulminant course.
INTRODUCTION
NK/T-cell lymphoma is a rare condition, more common in Asia and Latin America that represents from 3% to 10% of all non-Hodgkin lymphomas in those areas, and only 1% in Europe and North America. [1] [2] [3] [4] [5] [6] The tumor affects more commonly male adults (3:1) in the fifth decade of life and mainly involves the nasal cavity and paranasal sinuses. [1] [2] [3] [4] Because of its aggressiveness and local destruction, it was historically known as "lethal midline granuloma", together with conditions that affect the central region of the face, such as Wegener's granulomatosis and tegumentary leishmaniasis. 1, 2 Symptoms are non-specific in the majority of cases and the clinical picture unfolds with rhinorrhea, nasal obstruction and epistaxis, mimicking an upper airway infection. 1, 2 With the progression of the disease, extensive necrotic areas develop, and the prognosis becomes poor, with low survival. 1, 2 The hemophagocytic syndrome, characterized by the activation of the mononuclear phagocyte system, can overlap, leading to even more unfavorable outcomes.
CASE REPORT
A 46-year-old male patient with nasal congestion and refractory sinusitis for 2 years, for which he was being treated with multiple antibiotics, was shown. As past history, there was septo- ically affects the nasal and paranasal regions, but it can also affect the lungs, gastrointestinal tract, testicles, kidneys, pancreas, central nervous system and skin, 2-6 the latter being the second most commonly involved area after the nasal cavity. 2, 3 Cutaneous lesions can also be similar to those seen in mycosis fungoides. 3 Enlarged lymph nodes can be seen, particularly in patients with nasal involvement, and they can be inflammatory or related to the tumor. The marked destructive capacity of the tumor is responsible for its high mortality, that can be worsened by the hemophagocytic syndrome, a hyperinflammatory and aggressive condition usually secondary to lymphomas, viral infections (especially EBV infections) and autoimmune conditions. [7] [8] [9] The form related to lymphomas is more common in non-Hodgkin lymphomas and can be seen in patients with NK/T-cell lymphoma, nasal type, relatively frequently. 7, 10 The syndrome is triggered by abnormalities in multiple cytokines, generating the activation of T lymphocytes and histiocytes, as well as an increase in interferon gamma, tumor necrosis factor alpha and interleukins 6, 10 and 12. 10 The clinical and laboratory findings are fever, pancytopenia, raised ferritin levels, low fibrinogen levels, liver abnormalities, coagulation disorders and renal dysfunction, such as in our patient. [7] [8] [9] The syndrome is frequently related to a poorer prognosis and unfavorable outcome. 8, 9 Treatment protocols for NK/T-cell lymphoma are yet not well established, but combinations of radiotherapy and chemotherapy are routinely used, and bone marrow transplant has been investigated. 1, 6 However, prognosis remains poor due to the rapid and aggressive course of the disease, with high rates of failure to the multidrug chemotherapy regimens. 
